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Large vessel aneurysm is not a classical finding in Wegener's granulomatosis (J Vasc Surg 2002;36:856-8.). We describe 
a case report of WG complicated by subclavian artery aneurysm and review the literature on large-vessel and medium-
vessel aneurysms in WG. The involved arteries included the aorta and the hepatic, renal, and left gastric arteries. In all but 
one case, abdominal pain was the presenting symptom. Treatment included medical and vascular interventions. In two 
patients, the involved vessel ruptured, leading to massive hemorrhage and death. We concluded that unexplained 
abdominal pain or extremity ischemia in patients with WG should alert the physician to the possibility of a large-vessel 
or medium-vessel aneurysm. (J Vasc Surg 2002;36:856-8.) 
Wegener's granulomatosis (WG) is a distinct clinico-
pathologic entity characterized by small-sized or medium-
sized granulomatous vasculitis of the upper and lower 
respiratory tracts and renal involvement. 1 The annual inci-
dence rate ofWG is 33/million population in the United 
States. Large-vessel and medium-vessel aneurysms have 
rarely been described. 
We report on a patient with WG with bilateral lung 
infiltrates complicated by a subclavian artery aneurysm with 
mural thrombm. and distal microemboli. The patient un-
derwent successful treatment with thrombolytic therapy 
followed by anticoagulation therapy and stem insertion in 
the subclavian artery. The findings were compared with 
four reports oflarge-vessel and medium-vessel aneurysms 
111 WG in the literature. 
CASE REPORT 
A 58·year·old woman wa~ ~een with ~evere dyspnea, dry 
cough, and occasional hemoptysis of2 months' duration. Medical 
history revealed peptic ulcer disease and chronic ~inusitis. The 
patient denied smoking. On physical examination, the patient was 
pale and febrile (38.5° C), with a respiration rate of24 breaths per 
mmute and oxygen ~aturation of 88% in room air. Lung ausculta-
tIOn revealed bilateral crackles. Laboratory results showed model" 
ate normochromic anemia with hemoglobin of 9.8 g/dL, white 
blood cell count ofl5,000/mm3 with left shift, and platelet count 
of 754,000/mm3 • Erythrocyte sedimentation rate was 140/h. 
Blood urea nitrogen was 89 mg/dL, and creatinine was 1.9 
mg/dL. Urinaly~is revealed a trace of protem hematuria (30 per 
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Fig 1. Chest radiograph at admission shows numerous bilateral 
110nCavitary nodular infiltrates. 
high-power field) and red blood cell casts in the sediment. Blood 
and urine culture results were negative. Chest radiograph revealed 
numerous noncavitary nodular infiltrates involving both lungs (Fig 
1). Computed tomographic scan of the Sliluses showed signs of 
maxillary sinUSItis; computed tomographic scan of the chest 
showed bilateral diffuse large nodular infiltrates without enlarge· 
ment of the lymph nodes and with minimal bilateral pleural effn-
~ion. Serologic test results, including antiglomerular basement 
membrane, antinuclear antibody, and complement levels, were 
normal. Cytoplasmic anti neutrophilic cytoplasmic antibody 
(ANCA) of proteinase 3 ANCA was negative; however, perinuclear 
ANCA (P·ANCA), myeloperoxidase ANCA, was pOSITIVe at 68 
uniTh (normal, <15 units). Transbronchial biop~y showed neutro-
phil infiltration around the small ve~sels, suggesting capillaritis, in 
addition to numerous alveolar macrophages with hemosiderin, 
compatible with alveolar hemorrhage. The clinical presentation, 
including the pulmonary and renal manifestations, along with the 
positive serologic test for ANCA and the histopathologic re~ults, 
confirmed the diagnosis ofWG. 
Treatment with oral steroids (predniwne) 1 mg/kg and cy· 
clophosphamide 2 mg/kg daily was started and led to marked 
climcal and radiographic improvement. On the ninth day of hos· 
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Fig 2. Angiogram of right subclavian artery show~ fusiform an-
eurysm with diameter of 1.4 cm. 
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Fig 3. Postprocedure angiogram shows stent 1T0stent) in right 
~ubclavian artery. 
Table I. Large-vessel and medium-vessel aneurysms in Wegener's granulomatosis: review of literature 
Gende1'/age 
Reference (y) Artet:v Manifestation 
Den Bakker et als Male/55 Hepatic Rupture of 
aneurysm 
Baker and Robinson6 Male/24 Renal Multiple 
bilateral 
aneurysms 
Sie ber et al8 Male/59 Aorta Aneurysm 
Aolu et alII Male/56 Left gastric Aneurysm 
Present study Male/56 Subclavian Aneurysm, 
mural 
thrombm, 
distal emboli 
pitalization, the patient had a sudden sharp pain in the right arm. 
The arm was pale and cold with decreased radial pulse, and small 
areas of dark discoloration were noted in the hand. Emergency 
angiography of the subclavian artery (Fig 2) through a femoral 
access revealed a fusiform aneurysm (diameter, 1.4 cm) containing 
a tresh mural thrombus m the middle of the subclavian artery, with 
microemboli in the di~tal ~mall arteries. Treatment consisted of 
intravenous urokinase and intravenous iloprost for 5 days followed 
by full anticoagulation therapy. A stent gr,lft (Jostent, JOMED 
Company, Rangendingen, Germany) \\ith 38-mm length WJ' 
successnilly inserted into the subclavian artery via low trans brachial 
access (Fig 31. The arm gradually became warm and regained 
normal pulse and color. The patient was discharged on 40 mg of 
prednisone and 150 mg of cyclophosphanude daily. Six months 
after the discharge, the p<;luents remamed asymptomatic. 
DISCUSSION 
We describe an unusual case ofWG with large-vessel 
aneurysm. The diagnosis was made on the basis of the 
criteria of the American College of Rheumatology: histo-
logic findings of vasculitis, maxillary sinusitis, abnormal 
Preselltatioll Therapy Outcome Comment 
Intra,lbdominal Sudden Autopsy 
hemorrhage death 
Penncphric GclfoJm Recovery 
hematoma embolization 
Abdominal Bypass Dacron Recovery Aortic disease 9 
pain Implant months before 
WG diagnosis 
Intraperitone al Death 
hemorrhage 
hchemic hand Stent, prmtacycline, Recovery Positive P-ANCo\ 
anticoagubtion 
therapy 
chest radiograph, and glomerulonephritis? The presence 
of P-ANCA rather than cytoplasmic ANCA has been re-
ported in WG; however, the differential diagnosis between 
WG and microscopic polyangiitis with respiratory involve-
ment is not always evident.3 Because WG is traditionally 
considered a medium-sized and small-vessel vasculitis,-1 
involvement of the subclavian artery was unexpected. In 
our patient, the intramural disruption in the large arteries 
was most probably caused by invasion of the granuloma-
tom vasculitis. To the best of our knowledge, this is the first 
case of aneurysmatic dilatation of the subclavian artery in 
WG. That the aneurysm still could be caused by concurrent 
atherosclerosis should be mentioned, however. 
A MEDLINE search of the English-language literature 
from 1978 to 2001 revealed only four reports of large-
vessel and medium-vessel aneurysm in WG. S -8 The perti-
nent clinical data are summarized in the Table. All four 
cases were men aged 24 to 59 years (median, 55 years). One 
patient had aortic artery aneurysm, and three patientsS .6 •8 
had abdominal artery (hepatic, left gastric, or renal) vascu-
litis, leading to abdominal hemorrhage and death in two 
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cases. In all but one case,7 WG was diagnosed before the 
clinical involvement of aneurysm. The clinical presentation 
was variable, depending on the artery involved, but in most 
instances, abdominal pain was the presenting symptom. 
Treatment included medical and vascular interventions. 
Two patients,6,7 like the patient in this study, underwent 
graft implantation. 
The differential diagnosis of vasculitis with large-vessel 
involvement includes other vasculitides that overlap with 
WG, most frequently Takayasu's disease. Glomerulone-
phritis and P-ANCA are not, however, characteristic of this 
disorder, and pulmonary involvement is also rare.9 Giant 
cell arteritis of the elderly (temporal arteritis) involves not 
only the temporal artery but also the aorta, lungs, and 
kidneys. The young age of our patient, in addition to the 
absence of cranial symptoms or polymyalgia rheumatica 
and the positive P-ANCA, ruled out this disorder as well. 
In summary, this case illustrates the variable disease 
course of WG. The presence of unexplained abdominal 
pain or upper extremity Ischemia in patients with WG 
should alert the physician to the possibility of a large-vesesl 
or medium-vessel aneurysm. 
We thank Gloria Ginzach and Marian Propp for edito-
rial and secretarial assistance. 
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